Background: Agammaglobulinemia (AGM) is a genetic immune system disorder in which the body could not produce antibodies. There are two types of this disease: X-linked AGM (XLA) and autosomal forms. X-linked agammaglobulinemia results from a mutation in the gene for Bruton's tyrosine kinase (BTK), found on the X chromosome. Mutations in BTK result in lack of mature B-cells and immunoglobulins of all classes. There are 8 types of autosomal forms which are reflected in different defective genes. 7-year-old male patient at the age of 1 -6, was encountered the recurrent broncho-pulmonary and gastro-intestinal infections, furunculosis and recurrent otitis. Also, because of the strain, pain and swelling on the 4 th finger of the right hand it was suspected that the patient had rheumatoid arthritis. On immunological investigation, we have found out of absent of B lymphocyte. Level of IgG was 10 times less; IgA, IgM and IgE levels were 3 to 8 times less than the norm. Quantity of T-lymphocytes: absolute number of CD4+ lymphocytes increased, CD3+ and CD8+ lymphocytes were also high. Phagocyte activity in NBT, absolute number of NK cells and IRI index were 2 times lower than the norm. Genetically analysis has discovered the presence of abnormal homozygous BLNK gene.
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The case is particularly true if the parents are consanguineous or the ones belonging to an isolated population. Abnormal laboratory parameters include low Ig levels and low or absent peripheral blood mature B lymphocytes [5] [9] . For determine the genetic defect and to confirm the diagnosis, should be performed molecular genetic testing. Table 1 
Patients and Materials

Discussion
Interestingly, there was not observed any pathological change in the mile-wrist joint in radiography. ASO, RF indexes were negative and CRP was high (110 mg/l). We have detected hepatosplenomegaly on US investigation (hepatomegaly:
left part-57mm, splenomegaly: 96 mm). ANA, specific M. tuberculosis and brucellosis antibodies were also negative. On X-Ray investigation it was detected pneumonia of left the part of lung and hidrotoraks.
Immunology
On immunological investigation, we have found out that the type of B lymphocyte was absent. Level of IgG was 10 times less; IgA, IgM and IgE levels were 3 to 8 times less than the norm. There were some noticeable changes in the peripheral blood indexes: leukocytosis, lymphopenia and monocytosis; quantity of Tlymphocytes: absolute number of CD4+ lymphocytes increased, CD3+ and CD8+ lymphocytes were also high. Phagocyte activity in NBT, absolute number of NK cells and IRI index were 2 times lower than the norm. Some these findings are depicted on Table 2 . C5: OMIM AD and AR for complement component 5 deficiency (seborrheic dermatitis, intractable diarrhea, recurrent local and systemic infections) ( Table   3 ).
Genetically analysis has discovered the presence of abnormal homozygous BLNK, heterozygous CFI, PSTPIP1 and C5 genes.
Treatment
Antibacterial treatment during 2 weeks, non-steroid and steroid medicines, other symptomatic treatment. Replacement therapy by IVIG-Octagam was given in dose 400 -600 mg/kg, every 4 weeks, but it was not regularly received. 
Outcomes
The patient is under our control for 2 years. In this period the number of diseases, especially pneumonia, decreased against the background of immunological treatment. Pain in the joints falls and can open the finger. The patient's parents were informed of the illness, and a prenatal diagnosis was recommended during the next pregnancy.
Conclusion
Thus, based on the detection of a serious deficiency of humoral immunity and BLNK gene mutation, patient has rarely diagnosed disease-agammaglo-bulinemia type 4 (AGM4).
